The subject of this abnormality is a male infant, aged 6 weeks. The left globe is microphthalmic. In a downward and inward direction a thick, fleshy mass arises in the region of the lower fornix, and passes upwards and outwards to become adherent to the cornea in its inferior internal quadrant to the extent of about one-third of the corneal diameter. The mass is covered with mucous membrane, and shows no dermal elements; it is not possible to pass a probe beneath it. The eyelids are perfectly formed, and the caruncle is present and normal. Elsewhere the cornea is clear. The pupil is displaced downwards and inwards to the seat of attachment of the fleshy mass, so that only a narrow rim of black is visible on looking in from above. The iris seems to be of fairly normal texture, but its surface is everywhere covered with a radially disposed system of fine red vessels, which form some irregular atcades near the pupillary margin.
In the right eye, which is probably of normal size, there is a superficial vascular opacity encroaching slightly on the cornea in a downward and inward direction, corresponding in situation with the adhesion in the other eye. There is a normal anterior chamber, however. The pupil is displaced downwards and inwards, and is slightly elongated vertically. Beneath it, in the usual position, there is a partial coloboma of the stroma, the pigment epithelium being apparently intact. The coloboma and the corneal opacity are not opposite each other, the opacity being farther inwards. In this eye also the surface of the iris is covered with radiating Iessels having arched communications at the circulus MH-22 minor. No coloboma of the choroid could be seen, but examination was difficult.
When first seen some conjunctivitis was present, with small patches of xerosis at the limbus. There was very slight discharge shortly after birth. The child was born at term, but is small and weakly. There is a copper-tinted rash on the forehead and nose, and some nasal discharge, with excoriation of the nostrils. In the right hand the three outer fingers are fairly well formed, but joined together; the index-finger has only one joint; the thumb is large and distorted. The condition of the left hand is similar except that the index-finger is normal. The mother states that no defects are present in four other children; she knows nothing of congenital abnormalities in her own or her husband's family.
Three possible explanations of these appearances suggest themselves: (1) Inflammation; (2) mal-differentiation of the mesoblast of th6 foetal cleft; (3) amniotic constriction and band formation.
(1) This explanation would rest on the evidence of syphilis detailed above. Possibly also the very unusual development of vessels on the surface of the iris mnight be of inflammatory origin. In order to cause the coloboma of the right eye, however, the inflammation must have occurred in the earliest weeks of fcetal life. No doubt syphilis and other noxme sometimes cause the mesoblast to differentiate abnormally, but it is doubtful if they give rise to a true inflanimation at so early a stage of development.
(2) The downward and inward situation of the strand, and the presence of corectopia and a coloboma in the other eye favour this explanation. In microphthalmic eyes colobomata are not infrequently. associated with persistent mesoblastic strands. On the other hand, although there seems to be no positive reason why such a thing should never occur, I know of no recorded case in which the tack of differentiation in the mesoblast has extended through the cornea, far beyond the the limits of the foetal cleft.
(3) So far as the appearance of the strand goes, this is perhaps the most probable explanation. If the amniotic fluid were unduly scanty at an early period of foetal age the amnion might come in contact with, and acquire an adhesion to, the developing eye. The superficial opacity on the right cornea might well be due to the same cause. The condition of the hands also suggests mechanical interference.
V. Duyse has laid great stress on amniotic constriction and band formation as a cause of ocular coloboma, the not very infrequent symmetry of the condition being explicable by the prominence of the eyes about the time of the closure of the foetal cleft. It would perhaps be going too far to assign a preponderant part to this cause, but the possibility of its occurrence in individual cases must be conceded.
Persistent Hyaloid Artery with Massive White Formation
obscuring the Optic Disk.
By A. RUGG GUNN, M.B.
W. B., AGED 11, discovered about six months ago that he did not see well with the left eye. About this time he was also noticed to squint occasionally-convergent strabismus. He then recollected that twelve months. before he had been hit in that eye by a tennis ball. R.V., 6; L.V., counts fingers at 1 metre. T.n. right and left. Examination of Fundus: Situated in front of the optic disk and obscuring it is a large white mass, roughly four times the diameter of the optic disk. It is irregular in shape and shelves steeply on the nasal side, where vessels are seen issuing from beneath it, and extending over the fundus. Several pointed, finger-like processes containing vessels extend laterally from its base; these gradually lose their white streak, the vessels continuing towards the periphery. From the anterior surface of the mass a slender cone-like process extends directly forwards. It contains vessels and terminates as a vessel in the neighbouirhood of the nasal margin of the lens. Beyond the mass over three-fourths of -the circumference of the fundus, a transparent, reflecting membrane gives rise to an exaggerated light reflex of the nature of a water-silk retinal reflex.
It is suggested that the condition is congenital; that the anterior process contains the remains of the hyaloid artery, and that the other processes extend along the retinal vessels. With the exception of a solitary pigment spot we find no evidence of any pre-existing inflammatory condition. The possibility suggests itself that the mesoblast in the neighbourhood of the hyaloid artery, instead of forming jelly-like connective tissue (vitreous), has in part developed into white fibrous connective tissue, which has afterwards retracted, drawing up behind it the retina with its vessels in a tent-like process.
I wish to express my acknowledgment to Mr. Rayner Batten and Mr. Kenneth Campbell for permission to record this case.
